variety previously described. Undoubtedly she also has associated Marfanoid features.
The decision to perform a total colectomy was not undertaken lightly or without expert proctological advice, but it is hoped that, with the resulting looser fecal content, the small intestine will be less likely to perforate than was the large. This operation will give no immunity from a major arterial catastrophe, which would seem to be a distinct possibility.
Mr A Barabas (London) said that total colectomy in this patient was fully justified, as recurrent perforation of the colon invariably took place.
The prematurity of both the patient and her father deserved attention. This was due to premature rupture of defective feetal membranes. Because premature infants were now successfully reared, more patients with severe forms of inherited connective tissue diseases might be seen in the future. Professor Harold Ellis (London) said it was interesting that the scar on the patient's knee following an old injury had stretched widelythis was a typical feature of Ehlers-Danlos syndrome.
Klippel-Feil Syndrome G H Whitehouse' MRCP DMRD
(for R J Harrison FRCP) (St James' Hospital, London) Mr J S, aged 28. Scaffolder History: August 1967, complained of six episodes of transient loss of consciousness over previous nine months, occurring without warning or apparent precipitating factors, and lasting from a few seconds to two minutes, with a subsequent rapid recovery. In addition, he had for the past nine months noticed a tendency to trip, especially on mounting the curb. His left arm had never swung as freely as his right when walking, and he had for some years noticed difficulty in standing on one leg.
A cleft palate had been repaired in infancy. He had always been noted to have a short neck with restricted head movements. Radiographs of the neck taken in adolescence for weakness of the shoulder muscles revealed an 'abnormality of the neck'. On examination: The neck was shortened and the hairline was low with some webbing of the neck (Fig 1) . All movements of the neck very restricted. Increased dorsal kyphosis. The only ,Present address: Bristol Royal Infirmary, Bristol abnormality in the limbs was a slight weakness of the left shoulder and elbow movements, and weakness of all muscle groups in the left leg. He did not swing the left arm on walking, tended to fall to the left on closing his eyes, and was unable to stand on one foot. Investigations: Radiographs (Fig 2) of the cervical spine showed fusion of the bodies and arches of all vertebra, except at C5-6, where degenerative changes were present, and at Cl, which remained separate and without evidence of occipitalization. Thoracic spine showed upper dorsal scoliosis with two hemivertebra at this level and fusion of upper ribs on each side. The skull, which showed no basilar impression, and the lumbar spine were normal. Lumbar puncture, right carotid angiogram and air encephalogram normal. Myelography showed considerable, but not complete, obstruction to the passage of myodil at the level of uppermost disc below the fused vertebra, i.e. C5-6, especially in extension, with extradural pressure mainly on the lateral and posterior aspects and only a slight impression anteriorly. The cord was of normal diameter. Operation (December 1967, Professor V Logue): The fused vertebral mass was found to have three fused spinous processes and a lowermost bifid spine which led to two hemilaminw, that on the right being fused to the mass and that on the left being fused with the upper border of the Intervening between the bifid spine and occupying the space of the lamina on the left side was a large pad of extradural fat and fibrous tissue. With laminectomy of these abnormal vertebrae and the vertebra below (unable to be enumerated at operation and presumed to be C6 from tomography) it became clear that there had been a compression at the level of the C5-6 disc space. Progress: Good post-operative recovery; over the following months the weakness in the left arm and leg disappeared, but Rombergism with falling to the left remained, though less marked than pre-operatively. There have been no further episodes of loss of consciousness, and the tendency to trip has also disappeared.
Comment
Klippel-Feil syndrome is due to a congenital numerical reduction of cervical vertebra due to a lack of embryological segmentation involving the bodies, which are often reduced in height, and the vertebral arches. Associated with these defects is a clinical picture of a short webbed neck, which has restricted movements, and a low hairline. Scoliosis is frequently seen in the cervical region and an increase in thoracic kyphosis is common. The shoulders appear elevated because of the short neck, although Sprengel's deformity may accompany the syndrome. Many anomalies of the CNS and axial skeleton have been described. The commonest associated skeletal abnormality is spina bifida (Gjorup & Gjorup 1964) . As Gray et al. (1964) pointed out, congenital fusion of the cervical vertebre is the common denominator of a spectrun of skeletal defects with poorly known interrelationships, one of the best known constellations being the Klippel-Feil syndrome. The first clinical descriptions in the adult were made early this century. Two French neurologists, on the basis of one case, gave the syndrome its eponym (Klippel & Feil 1912) .
There is no doubt that spondylotic changes tend to occur at the disc spaces above and below the unsegmented vertebre, probably due to the excessive movements which may occur at these levels. This effect accounts for some neurological manifestations arising in early and middle adult life in these cases, especially in males, as is well shown in this patient. There is also an increased risk of fracture of the vertebral mass from trauma, such as whiplash injury.
The differential diagnosis consists of several acquired conditions which, while causing vertebral body fusion, do not cause complete fusion of the vertebral arch. These include Still's disease, post-trauma, cervical spondylosis, tuberculosis and other infections, as well as ankylosing spondylosis.
Surgical intervention (Gray et al. 1964) can be justified: (1) When function can be improved by a relatively safe procedure, such as severing an omovertebral connexion in Sprengel's deformity.
(2) When a relatively safe cosmetic procedure will markedly improve the patient's appearance, for example trimming the edges of the trapezius muscle to improve configuration of the neck. (3) In patients such as ours, with progressive neurological complaints, who are otherwise a good surgical risk when the causative lesion is accurately known; in these cases laminectomy may relieve intraspinal pressure.
